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A 71‐year‐old male presented to the emergency department with a new‐onset pericardial effusion, successfully treated with pericardiocentesis. A right atrial mass was identified on magnetic resonance imaging of the chest (Fig. [1](#ccr31258-fig-0001){ref-type="fig"}, panel A, T~2~ weighted, fast field echo image, horizontal long‐axis view. Arrows) and found to have increased ^18^F fluorodeoxyglucose (FDG) uptake on fusion positron emission tomography (PET) -- computed tomography (CT) (Fig. [1](#ccr31258-fig-0001){ref-type="fig"}, panel B, axial view, and panel C, coronal view, arrows). Biopsy of the atrial mass demonstrated histiocytic infiltration, positive for CD68, negative for S100 and CD1a, compatible with Erdheim‐Chester Disease (ECD). BRAF V600E mutation testing by capture‐based next‐generation sequencing was negative [1](#ccr31258-bib-0001){ref-type="ref"}, [2](#ccr31258-bib-0002){ref-type="ref"}. CT of the abdomen disclosed extensive calcification in the main branches of the aorta, retroperitoneal fibrosis, as well as perinephric dystrophic calcification (Fig. [1](#ccr31258-fig-0001){ref-type="fig"}, panel D, axial view; and panel E, coronal view). Renal biopsy performed was also consistent with ECD, showing evidence of CD68 (+), CD1a (−) histiocytic inflammatory infiltrate. In addition, dense dystrophic calcification was histologically observed. Treatment was initiated with prednisone 60 mg/day and anakinra 100 mg subcutaneous every 48 h (adjusted for renal function). A follow‐up PET‐CT revealed moderate decrease in the soft tissue density and reduction in FDG uptake in the right atrial infiltrative mass but the perinephric thickening and dystrophic calcification were unchanged (Fig. [1](#ccr31258-fig-0001){ref-type="fig"}, panel F, axial view, and panel G, coronal view, arrows).

![(A) Magnetic resonance imaging of the chest, T2 weighted, fast field echo image, horizontal long axis view showing an atrial mass infiltrating the right atrial wall (arrows). (B) PET‐CT, axial view and (C) coronal view, showing FDG increase uptake in the right atrial mass. (D) CT scan of the abdomen with contrast, axial view and (E) coronal view, showing severe perinephric dystrophic calcification (arrows). (F) Follow‐up PET‐CT, axial view, and (G) coronal view, reveal moderate decrease in the soft tissue density and FDG uptake in the right atrial infiltrative mass. Perinephric thickening and dystrophic calcification unchanged (arrows).](CCR3-5-2153-g001){#ccr31258-fig-0001}
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